Introduction
Wegener's granulomatosis is a necrotic granuloma disorder with unknown etiology and vasculitis accompanied by inflammation and different tissue damage as well. 1 This disease is, in fact, a systemic vasculitis of both small and medium arteries as well as venules and sometimes large arteries. 2 In the classic form of the disease, the upper and lower airways, respiratory tract, and kidneys are primarily involved. However, it can also engage other organs, such as the eyes, ears, skin, jaws, and joints, and it spreads throughout the days and months. 3 In 90% of cases, the disease begins with respiratory involvement and is often controlled by implementing proprietary treatment protocols. Delayed treatment and control of the inflammatory processes endangers life. 4 Choosing the type of treatment depends on the affected organ and the severity of the disease. 5 Treatment is usually initiated with glucocorticoids such as prednisolone and cytotoxic drugs such as cyclophosphamide, methotrexate, or azathioprine. 5 This rare syndrome has an incidence rate of about 3 in 100 000 with a higher occurrence rate in the fourth and fifth decades of life in both men and women. 6 In the case presented here, however, the disease occurred in a younger subject and had an unusual progression.
Case Presentation

Patient Information
The patient was a 16-year-old female who presented with pain and hearing loss in both ears and reduced muscle tone in the right side of her face. The hearing loss had started first in her right and then her left ear 2 months before admission. One month before admission, she experienced muscle paresis in the right side of her face and severe pain in her right ear. During this period, she was treated for otitis and sinusitis, but showed no improvement.
Clinical Findings
During the patient's first exam, serious otitis media with 30 db conductive hearing loss and type B tympanometry in both ears. In her nose, mucous secretions could be seen, but her throat was normal. The left facial nerve was normal, but the patient could not close her right eye completely, and she had no movement in either lip. Because of treatment failure, middle ear effusion, and facial nerve paresis, the patient was considered for myringotomy and tube ventilation in both ears. The lab data before surgery was: Hb 10.4 (with low mean corpuscular volume [MCV]), White blood cell (WBC): 16 000 (80% neutrophils) and ESR 20.
Therapeutic Interventions
The patient underwent surgery. One day after surgery, she had severe tremoring in her hands and feet while standing which was relieved by resting in bed and nasal oxygen therapy. The patient also had inspiratory and expiratory stridor. Examination revealed only right side facial paresis; electroencephalography (EEG), MRV, and brain MRI were all normal. The assessment of facial nerve function and electroneuronography (ENOG) test results showed that the patient's right side had 35% function in comparison to the left side.
Despite receiving ceftriaxone, the patient developed putrid secretions from her left ear on the third day after surgery and from her right ear on the fourth day. On the fifth day, ear pain was added. The culture results from her ears showed candida albicans, and oral fluconazole was started (100 mg/12 h) with topical clotrimazole 2%. Ceftriaxone was discontinued, and ceftazidime, clindamycin, vancomycin, and amphotericin B were started. The ear secretions gradually decreased, but her pain showed no response to treatment.
Follow-up and Outcomes
Audiometry showed 60 db conductive hearing loss in both ears. On the 10th day after surgery, the patient developed bilateral facial paresis and swallowing dysfunction. Physical examination revealed a very weak gag reflex. To rule out mucormycosis, tumors at her skull base, leukemia, Wegener's, sarcoidosis, and cavernous sinus thrombosis, an MRI, MRV, and skull base and nasopharynx CT scans were performed. No abscesses, masses, or infections in the brain were noted, but the maxillary CT scan showed right maxillary sinus haziness. Upon exam, there was nasal bleeding, especially on the right side. Therefore, the necessary tests for Wegener's granulomatosis and sarcoidosis were conducted. The patient's inferior turbinate and nasal mucosa were biopsied for Wegener's and mucormycosis. Lung CT scan and U/A tests were normal. antinuclear antibodies (ANA) and P-anti-neutrophil cytoplasmic antibody (PANCA) tests were normal, but C-anti-neutrophil cytoplasmic antibody (CANCA) measured 40 times higher than normal value. Biopsy identified vasculitis with granuloma, but for mucus the results were negative.
With these findings, Wegener's granulomatosis without lung and kidney involvement was diagnosed. Consequently, pulse steroid and cyclophosphamide therapies were started. In follow-up, the patient had near normal hearing without pain. After 2 months, her gag reflex became normal. In the fifth month of follow-up after treatment and with physiotherapy, the patient's facial paresis showed relative improvement.
Discussion
Wegener's granulomatosis is a systemic vasculitis; in classic and common forms, it has both kidney and lung involvement. 2 In rare cases (such as in the current patient), it develops with unusual symptoms such as hearing loss and bilateral involvement of the facial nerve at an unusual age. 3 Thus, early diagnosis with rapid and wise treatment accompanied by rule out of any important differential.
Early detection and diagnosis plus proper treatment can be life-saving and prevent morbidity and pathological processes. 3 Wegener's characteristic features are involvement of the granulomatous vasculitis in upper and lower airways with glomerulonephritis. Also, diffusive vasculitis can be seen in various degrees in smaller veins and arteries. The average age for this disease is about 40 years. 7 However, about 15% of subjects are younger than 19 years. 8 Wegener's vasculitis has many different clinical aspects. According to the National Institute of Health (NIH), the most common organs involved at first are the sinuses, lungs, joints (arthralgia and arthritis), ears (otitis media), and kidneys. 9 The central nervous system and peripheral nerves are uncommon sites of involvement. 7 In the presented case, the patient's first detected symptoms were otitis media and facial paralysis without other organ involvement. In a literature review, only 1 case occurring at a young age was found, and that patient was a 23-year-old woman with bilateral recurrent otitis media, hearing loss, bilateral facial paralysis, and lung involvement. 10 In the patient presented herein, nose and middle ear biopsies were normal, but the lung biopsy was positive. 10 The CANCA test was also positive in the current case.
Conclusion
Based on this study and because early diagnosis and preventive therapies result in better outcomes, it is concluded that Wegener's granulomatosis should be considered as a possible diagnosis and/or ruled out in younger patients with chronic otitis and facial paralysis.
